We describe two children with multiple abnormalities, neither of whom fits neatly into a classical diagnostic category, but who show overlapping features of Ellis-van Creveld syndrome, Jeune syndrome, and renal-hepatic-pancreatic dysplasia. It seems possible that these three entities form part of a disease spectrum rather than being distinct conditions. 
Birth weight was 3130 g (10th centile) and head circumference 35 0 cm (50th centile); the length at birth was not recorded. On She had a persistent conjugated hyperbilirubinaemia with a peak total bilirubin of 144 mmol/l. An ultrasound of the liver showed it to be slightly enlarged, centrally placed, but of normal echogenicity. Appearances on HIDA scan were suggestive of liver cell dysfunction. Liver biopsy showed a cholangiopathy with hepatic components showing evidence of bile duct damage. Similar renal, hepatic, and pancreatic abnormalities occur in the syndrome of renal-hepatic-pancreatic dysplasia, first described by Ivemark et a18 in 1959. A study by Bernstein et alr reported five cases of renalhepatic-pancreatic dysplasia. All five patients were found, on histopathological examination, to have bilateral renal cystic dysplasia, biliary dysgenesis, pancreatic fibrosis, and cyst formation. Although these five cases were all sporadic, there have been previous reports of affected sibs with renal-hepaticpancreatic dysplasia.8 10 Bernstein et al9 emphasised that the patterns of renal, hepatic, and pancreatic involvement described in the study were indistinguishable from those reported in several syndromes including JATD and EvC. They concluded that the diagnosis of renal-hepatic-pancreatic dysplasia should be one of exclusion and that even when all identifiable syndromes are excluded the remaining cases may not constitute a homogeneous group. It is interesting to note that Ivemark et ar in their original description of renal-hepatic-pancreatic dysplasia mentioned the presence of bone changes in the younger sib, which at the time were attributed to rickets. The findings of splenic agenesis and cardiac transposition in one case of renal-hepatic-pancreatic dysplasia,'0 multiple spleens in another,9 and complete situs inversus without congenital heart disease in a third9 suggest an association between renal-hepatic-pancreatic dysplasia and polyasplenia," a complex developmental field defect affecting visceral and cardiac situs, with associated spleen and heart defects.
The cases described above are of two children with multiple abnormalities, neither of which fits neatly in a classical diagnostic category, but which seem to fall into the Ellis-van Creveld syndrome/Jeune syndrome/ renal-hepatic-pancreatic dysplasia/polyasplenia spectrum. They have several significant findings in common, including the same x ray changes in the ribs and pelvis and the presence ofcomplete situs inversus. The features of postaxial polydactyly, midline cleft lip, and accessory oral frenula in case 1 are suggestive of EvC, although polydactyly of the feet is uncommon and complete situs inversus very rare; in fact, to our knowledge, it has been reported only once previously. ' In case 2 the combination of changes in the thorax and pelvis in the absence of polydactyly, together with retinal abnormalities and evidence of renal and hepatic dysfunction, suggests the diagnosis of JATD. However, complete situs inversus has not to our knowledge been previously associated with JATD, although it has been reported in cases of renalhepatic-pancreatic dysplasia.9
From the discussion above it can be seen that associations between renal-hepatic-pancreatic dysplasia and EvC/JATD and between renal-hepatic-pancreatic dysplasia and situs inversus have been previously documented, while similarities between JATD and EvC syndromes are well known. We feel that these two cases of EvC/JATD with situs inversus, one of which also had renal and hepatic abnormalities, draw all of the above conditions together, illustrating between them features suggestive of each but not typical of one in isolation. As the considerable overlap between these conditions becomes apparent it seems possible that these three entities form part of a disease spectrum with a common aetiology, rather than being distinct conditions.
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